Whenever paucity ofintrahepatic bile ducts was seen on hepatic histology, patients died between the ages of 3 months 2 weeks and 7 months. 1-3 However, when lipofuscin deposition was present without paucity of intrahepatic bile ducts, patients always died before they were 3 months 2 weeks old.4'6 As it is unlikely that paucity of intrahepatic bile ducts could resolve, and as lipofuscin deposition only, whenever present, was always seen at the time of death,' the possibility that the two histological features are different stages in the evolution of the disease can be discarded. However, the different hepatic histologies may be two non-specific changes resulting from the same insult, as was suggested by the presence of features compatible with both groups in one patient. ' We propose that the lipofuscin deposition occurs only when the liver is more severely affected and this would imply a worse prognosis. As there are two sibships where the first patients died when they were more than 4 months old and the younger affected brothers when they were less than 3 months old,'3 we would suggest that the former had paucity of intrahepatic bile ducts and the latter had lipofuscin deposition. Unfortunately, in only one of the four patients were hepatic histological features studied3 but the result agrees with our hypothesis.
If the different clinical outcomes in the same sibship result from different hepatic histology, this would support the suggestion that different histological findings are nothing more than variation within a single syndrome. However, this remains an open question until the two are reported in the same sibship.
